Autosomal dominant pattern dystrophy of the retinal pigment epithelium. Intrafamilial variability.
Three members of a family were affected by a pattern dystrophy of the retinal pigment epithelium transmitted by autosomal dominant inheritance. In addition to grossly impaired electro-oculograms and normal electroretinograms, the patients showed lesions of the fundus of the eye recalling those seen in Best's disease, multifocal Best's disease, and pattern dystrophies. The intrafamilial variability of the fundus lesions showed by this pattern dystrophy demonstrates the problems in the diagnosis of some dystrophies of this group.